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Vasculitis Possibly Confined to
the Small and Large Intestine

BRADLEY L. FREILICH, MD
Los Angeles, California

CHARLES N. BERNSTEIN, MD
Winnipeg, Manitoba

VASCULITIS OF THE GASTROINTESTINAL TRACT is an un-
common disorder and typically accompanies systemic
manifestations of a vasculitic process.' We report a case
of isolated gastrointestinal vasculitis affecting both the
small and large intestine.

Report of a Case
The patient, a 73-year-old woman with a history of

controlled hypertension, deep venous thrombosis of the
calf in 1982, and a minor cerebrovascular accident in
1976, presented to her primary physician six months be-
fore admission with progressive, diffuse, crampy abdom-
inal pain exacerbated by eating and associated with
weight loss. Three months before admission she had
bloody diarrhea, and a flexible sigmoidoscopy revealed
diffuse redness and friability in the rectosigmoid area.
Biopsies revealed nonspecific acute and chronic mucosal
inflammation. A computed tomographic scan of the
abdomen, air-contrast barium enema, and an esopha-
gogastroduodenoscopy were normal. Abdominal ultra-
sonography was unremarkable, other than for the
presence of gallstones. Laboratory data included a hemo-
globin level of 80 grams per liter (8 grams per dl), with a
mean cellular volume of 73 fl, and liver function test val-
ues were normal. The patient was treated with metronida-
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zole for presumed infectious colitis, without benefit. She
also received ferrous sulfate, and her hemoglobin value
increased to 137 grams per liter (13.7 grams per dl) over
the next six weeks. A month before admission, the patient
continued to have abdominal pain and hematochezia, and
her hemoglobin level had dropped to 85 grams per liter
(8.5 grams per dl).

The patient was admitted to a community hospital
where a flexible sigmoidoscopy revealed rectosigmoid
friability without ulceration. A presumptive diagnosis of
ulcerative colitis was made. Treatment with sulfasalazine
(Azulfidine) and methylprednisolone sodium succinate
(Solu-Medrol), 40 mg a day intravenously, was begun.
Two days later an acute abdomen developed, and the pa-
tient's leukocyte count was noted to be 40 X 109 per liter
(40,000 cells per mm3). The patient was taken to the op-
erating room where extensive small bowel necrosis with
gangrene was found. The small bowel was resected from
the midjejunum to the ileocecal valve, and a right hemi-
colectomy was performed because the colonic serosa ap-
peared dusky. Mesenteric arterial pulsations were thought
to be within normal limits, mesenteric veins did not ap-
pear unusual, and a jejunocolostomy was done. Micro-
scopic review of the specimens showed transmural
necrosis of the bowel, consistent with ischemic necrosis,
and the presence of thrombi in small mesenteric veins.

After the operation, the patient had diarrhea and recur-
rent hematochezia. Esophagogastroduodenoscopy was
within normal limits, and a flexible sigmoidoscopy re-
vealed mild erythema and edema to 50 cm without ulcer-
ation or friability. This was thought to be an improvement
from the previous examination, and her steroid regimen
was tapered off. Persistent hematochezia requiring the
transfusion of 10 units of packed erythrocytes prompted a
mesenteric angiogram, which revealed grossly normal
superior and inferior mesenteric arteries without
aneurysms or atherosclerotic disease. A blush without ex-
travasation was seen in the midjejunum, consistent with
an arteriovenous malformation.

Two weeks later the patient was transferred to the
University of California Center for Health Sciences at Los
Angeles (UCLA) for further management. At that time
she had mild abdominal pain. The patient had no visible
skin or joint lesions, and her stools were brown and posi-
tive for occult blood. Push enteroscopy with a Pentax
3400 colonoscope revealed three nonbleeding arteriove-
nous malformations in the antrum, proximal duodenum,
and proximal jejunum, respectively, which were treated
with bipolar electrocauterization. Colonoscopy to the sur-
gical anastomosis revealed swollen mucosal folds with a
loss of the normal vascular pattern throughout. There
were ulcerations in the rectum and severe nodularity with
punched-out ulcerations in the mid-sigmoid colon (Figure
1). The anastomotic site was deformed and friable and
could not be traversed. Endoscopic biopsies from the
involved colon again revealed acute and chronic mucosal
inflammation without specific features.

Histology slides and gross specimens from the
previous small and large bowel resection were then re-
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Figure 1.-Endoscopy of the sigmoid colon reveals multiple
punched-out ulcers and underlying nodular edematous
mucosa.

viewed at UCLA. The small intestine showed transmural
ischemic infarction with ulceration and acute inflammation
throughout the bowel wall (Figure 2). In addition, sections
of the mesentery revealed acute vasculitis of many
medium-sized arteries in areas remote from the bowel
necrosis and inflammation. The vasculitis was character-
ized by a neutrophilic infiltrate of the vessel walls and dis-
ruption of the internal elastic lamina with fibrinoid
necrosis and thrombosis (Figure 3). No giant cells or gran-
ulomas were seen.

Echocardiogram showed no evidence of thrombus and
a normal myocardium. Her urinary sediment was bland
without casts or erythrocytes, and a 24-hour urine collec-
tion revealed a creatinine clearance of 1.12 ml per second

Figure 2.-A low-power view of the small bowel wall shows
necrosis of the mucosa and submucosa. Many small submucos-
al vessels are dilated and congested, and an acute and chronic
inflammatory infiltrate is present throughout the bowel wall
(hematoxylin and eosin stain, original magnification x 25).

Figure 3.-A high-power view of the small bowel wall shows a
medium-sized artery in the small bowel mesentery. All levels of
the artery wall are infiltrated by acute inflammatory cells. The
intima shows fibrinoid necrosis, and the vessel is thrombosed
(hematoxylin and eosin stain, original magnification x 200).

(67 ml per minute) and a protein concentration of 0.14
grams per day (135 mg per 24 hours). Serologic examina-
tion revealed normal blood urea nitrogen and serum cre-
atinine levels; negative titers for rheumatoid factor,
antinuclear antigen, and antineutrophilic cytoplasmic an-
tibody; a negative Raji assay; and normal complement
levels. Antithrombin III and protein C and S levels were
normal. A high titer of the lupus anticoagulant was found,
although assay for anticardiolipin antibody was negative.

The patient was diagnosed with vasculitis of the small
intestine and colon, and intravenous therapy with methyl-
prednisolone, 50 mg per day, was begun. Her previous
gastrointestinal bleeding was ascribed to diffuse colonic
oozing due to severe ischemic colitis and did not recur
while she was at UCLA. She was maintained on total par-
enteral nutrition and enteric supplements. Her diarrhea
persisted and was thought to be predominantly due to a
short gut syndrome.

Discussion
This case is one of isolated small and large intestine

vasculitis. It is unique because it is the first case of isolated
intestinal vasculitis reported to involve both the small and
large intestine and is only the fifth case in the literature of
isolated intestinal vasculitis without systemic signs of vas-
culitis.15 This patient more likely had systemic vasculitis
(with a positive lupus anticoagulant) with isolated intesti-
nal manifestations, rather than primary intestinal vasculi-
tis. Other cases of isolated intestinal vasculitis have had
pathologic findings consistent with more diffuse
processes. A case of isolated small intestinal vasculitis
leading to perforation and death was reported, with au-
topsy findings consistent with polyarteritis nodosa.2 In an-
other case, isolated giant cell arteritis occurred, leading to
intestinal perforation,3 and a case of isolated ileal vasculi-
tis as a paraneoplastic syndrome to a recurrent breast ade-
nocarcinoma was also reported.4 The disease in these three
cases was limited to the small intestine. A case of isolated
vasculitis was limited to the right colon, with pathologic
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findings consistent with granulomatous inflammation and
necrotizing vasculitis, possibly polyarteritis nodosa, selec-
tively involving branches of the right colic artery.5

Gastrointestinal vasculitis is a fairly uncommon disor-
der and often difficult to diagnose. Patients frequently
present with bloody diarrhea and abdominal pain, and the
disease may ultimately lead to intestinal ischemia and
perforation.! Ischemia from vasculitis is clinically similar
to atherosclerotic and embolic disease' and can be con-
fused with Crohn's disease.5

One group of investigators has suggested that careful
histologic examination of the intestinal mucosa in
Crohn's disease may reveal a granulomatous vasculitis,7
and there are reports of cutaneous vasculitis"' and the
presence of anticardiolipin antibodies'0'" in patients with
Crohn's disease. Our patient did not have granulomatous
vasculitis, and vasculitic arteries were often present in
areas remote from areas of inflammation (which is un-
usual in Crohn's disease). Furthermore, extensive intesti-
nal infarction is not a feature of Crohn's disease. Another
of the idiopathic forms of inflammatory bowel disease,
ulcerative colitis, is a disorder confined to the mucosa of
the large intestine. There are reports of occasional in-
stances of systemic vasculitis in association with ulcera-
tive colitis,9 including cutaneous polyarteritis nodosa,'2
systemic lupus erythematosus,"3 and Wegener's granulo-
matosis." Ulcerative colitis can be associated with the
presence of an antineutrophilic cytoplasmic antibody
(that stains in a perinuclear pattern on immunofluores-
cence, as opposed to the more typical cytoplasmic granu-
lar pattern in Wegener's granulomatosis) in 70% of
patients.'5 Our patient's disease was certainly not ulcera-
tive colitis, as it extended to the small intestine and was
associated with transmural inflammation.

Gastrointestinal vasculitis is almost always accompa-
nied by systemic manifestations of disease. The largest
series of such patients was reported in 1983, wherein 18
of 65 patients with systemic vasculitis had disease affect-
ing the gastrointestinal tract.' Most of these patients had
polyarteritis nodosa or microscopic polyarteritis (disease
affecting small vessels with normal angiograms). Wegen-
er's granulomatosis and the Churg-Strauss syndrome
were found less commonly. Of the 18 patients with gas-
trointestinal manifestations, 17 had focal glomeru-
lonephritis on renal biopsy, and all had clinical signs of
glomerulonephritis. Necrotizing vasculitis was found on
skin biopsy in 6 of 18 patients with purpuric lesions.
Other connective tissue diseases more commonly
associated with gastrointestinal vasculitis include sys-
temic lupus erythematosus,.' rheumatoid arthritis, and
hypersensitivity vasculitides."8

Angiographic findings are generally remarkable only
in cases of polyarteritis nodosa where aneurysms are
found in medium-sized mesenteric vessels.' Endoscopic
diagnosis is also challenging, as routine luminal biopsy
specimens through flexible endoscopes rarely show the
diagnostic lesions. Deep rectal biopsies through rigid
proctoscopes, however, may have a slightly higher yield."6
Often the diagnosis is a clinical one, with intestinal dis-

ease accompanying other systemic signs of vasculitis.
Our case was also complicated by the presence of

mesenteric vein thromboses. These thrombi were likely
due to intestinal vasculitis and gangrene, as they were not
organized thrombi and, therefore, not chronic. Primary
thrombus due to the lupus anticoagulant cannot be ruled
out, however, especially in light of the patient's history of
previous thrombotic events. The presence of the lupus
anticoagulant may indicate that the patient had a truly sys-
temic vasculitis, but presented without nongastrointestinal
manifestations. There have also been reports of necrotizing
vasculitis involving the mesenteric veins of patients with
primary mesenteric vein thrombosis." None of these pa-
tients had evidence of arterial vasculitis, as did our patient.

Intestinal ischemia with perforation or gangrene is an
abdominal catastrophe with many causes. Vasculitis can
certainly be one such cause, albeit rare. Our case rein-
forces that gastrointestinal vasculitis may present without
systemic manifestations of vasculitic disease and may af-
fect both the colon and small intestine.
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